The aetiology of right ventricular dysplasia/cardiomyopathy is presently unknown.
The aetiology of arrhythmogenic right ventricular dysplasia/cardiomyopathy remains unclear.1 In fact, although a familial occurrence has been reported and a genetic pattern suggested,2 non-familial forms are relatively frequent. Moreover inflammatory infiltrates were described in biopsies of some of these patients, ' 6 suggesting an inflammatory mechanism in the pathogenesis of the disease. 4 We describe two familial cases, father and daughter, affected by this disease. Both initially presented with apparently idiopathic ventricular arrhythmias. The father had left ventricular dysfunction and congestive heart failure. At endomyocardial biopsy active myocarditis was diagnosed. The daughter, during follow up, developed right ventricular dysfunction with subsequent left ventricular involvement. Both patients died suddenly. In both postmortem examination disclosed an extensive fibroadipose substitution of the right ventricular myocardium compatible with right ventricular dysplasia, associated with diffuse inflammatory infiltrates in the father. The possible links between familial disease, inflammation, and pathological changes in the pathogenesis of the disease are discussed.
Case reports CASE 1
The first patient was first evaluated when he was 28 year old because of ventricular arrhythmias. The electrocardiogram showed a first degree atrioventricular block, left anterior hemiblock, and T wave inversion from Vl to V3 with frequent multiform ventricular extrasystoles. He subsequently developed an advanced atrioventricular block and was treated with permanent pacemaker and amiodarone. Physical examination, chest x rays, M mode echocardiogram, and cardiac catheterisation were normal (table). Three years later he had a "flu-like" syndrome and was admitted with severe heart failure.
Echocardiography showed biventricular dysfunction and biatrial enlargement (table).
Endomyocardial biopsy from the right ventricle showed "active" myocarditis according to the Dallas criteria7 (fig 1) .
The patient improved clinically after a treatment with prednisone, azathioprine, digoxin, and diuretics. However, biventricular dysfunction persisted and subsequent biopsies showed marked interstitial and subendocardial fibrosis. Seven months later the patient was resuscitated from an out of hospital cardiac arrest. Heart failure recurred and he died suddenly at the age of 35.
At postmortem examination all four chambers were dilated. The anterior and lateral walls of the left ventricle in the middle and apical portions and the right ventricular walls were thinned and replaced by fibrous and adipose tissue. In some areas of the anterior wall the myocardium was completely absent and a transillumination was evident (fig 2A) . There was an aneurysm in the middle third of the interventricular septum and areas of fatty infiltration. Microscopically, multifocal areas of inflammatory infiltration were present in both ventricles, associated with severe adipose substitution and moderate fibrosis ( fig 2B) .
The daughter of the first patient was first seen when she was 12 because of complex ventricular arrhythmias.
The ECG showed negative T waves from VI to V4 and frequent polymorphic ventricular extrasystoles. (fig 3) .
The patient had a slowly progressive increase in dyspnoea and peripheral oedema (fig 3) , and confirmed at necropsy (fig 2A) . There are reports of ventricular aneurysms being caused by viral myocarditis,'9 and also of a fibrolipomatous pattern of right ventricular dysplasia.14 Finally, both our patients showed rapid development of severe biventricular dysfunction, heart failure, and sudden death. Right ventricular dysplasia is usually slowly progressive. 20 We found a form of cardiomyopathy with left and right ventricular involvement in two members of the same family. There was a severe loss of myocardium in the right ventricle, which was replaced by adipose and fibrous tissue. These anatomical changes and the clinical presentation of the disease are compatible with right ventricular dysplasia. One of our patients also had severe inflammation. These cases may represent a link between the inherited and the acquired ("inflammatory") form of right ventricular dysplasia.
